CASE REPORT
===========

Fourteen-year-old male patient, born and resident in São João dos Patos (Maranhão State), was seen at the HRAN/SES/DF Dermatology Service, with a history of keratotic papulonodular-verrucous lesions on the torso, and both upper and lower limbs. He also presented with areas of alopecia and an extremely pruriginous retroauricular lichenification ([Figures 1](#f01){ref-type="fig"} and [2](#f02){ref-type="fig"}).

![Multiple scarified keratotic papules on the lower third of the right leg and top of the right foot](abd-88-05-0836-g01){#f01}

![Alopecic area with lichenification and scarification on the surface of the left temporal-occipital region](abd-88-05-0836-g02){#f02}

The patient had a prominent forehead and a broad nose ([Figure 3](#f03){ref-type="fig"}). He had antecedents of: pneumonia, otitis and recurrent diarrhea since four months of age. His brother died of pneumonia at four months of age; and there was no history of familial consanguinity. Laboratory work-up showed: leukocytosis (60.900/mm^3^) with eosinophilia (90%), IgE levels of 11.600 mg/dL; negative anti-HIV 1 and 2 tests and negative anti-Toxocara and anti-Aspergillus. Besides the atopic eczema, we diagnosed multiple vulgar warts and molluscum contagiosum.

![Prominent front and broad nose base with multiple papules, some with umbilicated and other with keratotic surfaces](abd-88-05-0836-g03){#f03}

DISCUSSION
==========

Hyperimmunoglobulin E Syndrome, also known, as Job\'s Syndrome is a rare primary immunodeficiency characterized by recurrent cutaneous abscesses, repeated respiratory tract infections and elevated serum levels of IgE. ^[@r01]-[@r05]^ This is an autosomal dominant disease, with sporadic cases detected, for which there is neither a predominant gender or race incidence. ^[@r01]-[@r05]^

Mutations on STAT3 (Signal Transducer and Activator of Transcription) gene, mapped on chromosome 4q, were recently described for this syndrome. ^[@r03]^ STAT3 has a crucial role in transducing the signals of a large spectrum of cytokines and is involved in the IL-6 mediated regulation of TH17 cells, an important step for the control of fungal and bacterial infections. ^[@r03],[@r06]^ Cellular immunity is abnormal in patients with this syndrome. The most common functional defects in the host\'s immune system are the down-regulation of Tsuppressor cell function and neutrophil chemotaxis. ^[@r05],[@r07]^ Therefore, patients with hyperimmunoglobulin E syndrome frequently present with cutaneous abscesses, impetigo, furunculosis, paronychia, cellulitis and recurrent *Staphylococcus aureus*pneumonias. Other causal agents of pulmonary infections are: *Aspergillus spp*e *Pneumocystis jiroveci*. ^[@r02]^

Patients with this disease often report intense and chronic pruritus, associated to dermatitis. The pruritus is attributed to histamine release by the mast cells in the dermis, which are stimulated by the high levels of IgE. Peripheral eosinophilia is a typical feature, reaching levels of 50 to 60%. Serum levels of IgE are consistently high (over 10 times the superior threshold of normal levels) and present from infancy. There is an association of this disease with the presence of scoliosis in adult patients and also with hyperextensibility of joints, occurring in 76 and 68% of the cases respectively. ^[@r05]^

Other frequent clinical features are: candidiasis, dental abnormalities, prominent front and supraorbital ridges and broadening of the base of the nose. ^[@r01]-[@r06]^ Dermatoviroses, such as molluscum contagiosum and viral warts are common, mainly on areas with eczema. Those are difficult to treat, persisting for long periods of time. ^[@r04],[@r08]^ Ocular complications are infrequent, but might occur as keratoconus, staphylococcic chalazia with blepharitis and endophthalmitis, and other severe situations such as retinal detachment. ^[@r05]^

We presented here the case of a patient with several manifestations of the disease, including: papulonodular-verrucous lesions (warts and molluscum contagiosum), pruriginous areas (chronic eczema), prominent front, broad nose, recurrent pneumonias, eosinophilia and very high serum levels of IgE. There is not a specific treatment for this syndrome, only control of the dermatologic lesions with emollients, topical and systemic antibiotics, and control of the dermatoviroses through cryotherapy, curettage, imiquimod, retinoids and alpha-interferon. ^[@r04],[@r07]^ The prophylactic use of sulfamethoxazole and trimethoprim, in order to avoid recurrent staphylococcal infection is recommended. ^[@r07]^
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